[Infantile genetic agranulocytosis (Kostmann syndrome)].
Infantile genetic agranulocytosis is characterized by recurrent infections usually leading to death in infancy or early childhood. Besides the severe neutropenia it shows variable monocytosis and hypergammaglobulinemia in the peripheral blood, and a maturation arrest at the promyelocyte-myelocyte level in the bone marrow. Consanguinity in some families, and occurrence in siblings indicate a recessive autosomal inheritance. Successful bone marrow transplantation suggests that the disorder is due to an intrinsic defect of the hematopoietic stem cell.